patient are characteristic of demyelination, there are similarities with the MRI findings reported in association with sub-acute necrotising encephalomyelopathy.ll Two further separate reports of Revesz syndrome are very similar to these three cases except that both patients had severe aplastic anaemia and one patient did not have intracranial calcification. 8,9 These patients also had more typical skin signs of dyskeratosis congenita including skin pigmentation and leukoplakia, although dyskeratosis congenita has not been associated with ophthalmic abnormalities and the age of onset is usually in the second decade. 1 
DyskeratosiS congenita has been linked to locus Xq28
and pedigree analysis has suggested an X-linked inheritance in non-sporadic cases. Fig. Ie-f ). Extensive areas of peripheral capillary non perfusion were present in both eyes (Fig. Ig) .
On leG study choroidal hyperfluorescence and dilated, leaking, large choroidal vessels were present bilaterally in the posterior pole and in the mid-periphery.
They were particularly evident in the early (Fig. 2a, b) and intermediate phases (Fig. 2c, d) . 
